(O'Brien and others, I971).
The clinical features and pathology of Sandhoff's and Tay-Sachs disease are virtually indistinguishable (Pilz, Sandhoff, and Jatzkewitz, I966 ; O'Brien and others, I9 7I; Bain, Tateson, Anderson, and Cumings, 1972) , and it is possible that a proportion of alleged Tay-Sachs cases, particularly in non-Jews, may in reality be examples of Sandhoff's disease. Reliable differentiation in life can be made only on the basis of serum and tissue hexosaminidase assay (Okada and O'Brien, I969; Okada, Veath, Leroy, and O'Brien, 197I; Bain and others, 1972) .
A full account of the clinical, pathological, and biochemical feature, excluding the ocular pathology, of Sandhoff's disease occurring in a Scottish family is given by Bain and others (1972) . The present report concerns the ocular findings in one of their cases.
Case report A baby boy aged 2 yrs had made good initial progress and there had been no signs of cerebral or retinal disturbance at birth. Visual impairment was first noted at the age of 6 months, when it was observed that he did not follow objects with his eyes. Ophthalmoscopy revealed bilateral disc pallor and a cherry-red spot appearance at the macula. By I3 months visual disturbance was obvious, in that he made no effort to explore his surroundings or to reach out for objects, and at the 
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The nuclei of such cells were frequently eccentric. Although histochemistry of paraffin-embedded sections gave entirely negative results, frozen sections of formalin-fixed material showed the bloated ganglion cells to contain a birefringent and intensely periodic acid-Schiff positive substance, which was resistant to diastase and hyaluronidase digestion (Fig. 2) . Such material also reacted weakly with Sudan black B and osmium tetroxide-Q-naphthylamine (OTAN) stains. These are features characteristic of a glycolipid.
The retinal photoreceptors and pigment epithelium appeared healthy and intact. In the peripapillary region the inner retina showed evidence of probable glial replacement secondary to neuronal degeneration. Atrophy and glial proliferation was also prominent in the optic nerve. (Resibois, Tondeur, Mockel, and Dustin, 1970) . The retinal findings in the present case concur with this description.
It is also to be noted that pleomorphic cytoplasmic inclusions similar in several respects to those seen in Sandhoff's disease have been described in juvenile GM2 gangliosidosis (GM2 gangliosidosis-Type 3) by Volk, Adachi, Schneck, Saifer, and Kleinberg (I969). Membranous cytoplasmic bodies are a feature of all the gangliosidoses and it is believed that they represent spontaneous aggregates of ganglioside with cholesterol and phospholipid orientated to form membranes (Samuels, Gonatas, and Weiss, I965) , while the demonstration that they are the site of intense acid phosphatase activity is thought to infer a possible derivation or contribution from lysosomes (Wallace, Volk, Schneck, and Kaplan, I 966 Accurate prenatal diagnosis can be made by estimation of enzyme levels in amniotic fluid and cells (Schneck, Friedland, Valenti, Adachi, Amsterdam, and Volk, 1970; Navon and Padeh, I97I) .
Summary
A study of the ocular pathology in a case of Sandhoff's disease (GM2 gangliosidosis-Type 2) revealed features closely similar to those found in Tay-Sachs disease (GM2 gangliosidosis -Type I). The only difference lay in the nature of the membranous cytoplasmic bodies in the ganglion cells of the retina, those in Sandhoff's disease being rather more pleomorphic than those in classical Tay-Sachs disease. 
